Surgical repair of a Fallot-type absent pulmonary valve in a 31-year-old patient!  by Boutayeb, Alaae et al.
The Egyptian Heart Journal (2015) 67, 79–81HO ST E D  BY
Egyptian Society of Cardiology
The Egyptian Heart Journal
www.elsevier.com/locate/ehj
www.sciencedirect.comCASE REPORTSurgical repair of a Fallot-type absent pulmonary
valve in a 31-year-old patient!* Corresponding author at: Postal Box: 6766, Madinat Al Irfane,
10000 Rabat, Morocco. Tel.: +212 661552214; fax: +212 537553002.
E-mail address: Alaae_b@yahoo.fr (A. Boutayeb).
Peer review under responsibility of Egyptian Society of Cardiology.
http://dx.doi.org/10.1016/j.ehj.2014.10.004
1110-2608 ª 2014 The Authors. Published by Elsevier Ltd.
This is an open access article under the CC BY-NC-ND license (http://creativecommons.org/licenses/by-nc-nd/3.0/).Alaae Boutayeb *, Monsef Hlal, Fadoua Lachhab, Said MoughilDepartment of Cardiovascular Surgery B, Ibn Sina Hospital, 10000 Rabat, MoroccoReceived 2 July 2014; accepted 6 October 2014
Available online 28 October 2014KEYWORDS
Absent pulmonary valve;
Tetralogy of Fallot;
Congenital heart disease in
adult patientsAbstract Fallot type absent pulmonary valve syndrome (APV) is rare, making up 5% of the tetral-
ogy of Fallot spectrum. This entity is usually observed in the neonatal period or even infancy. We
report here an exceptional case of 31-year-old woman referred for surgical management of a Fallot-
type absent pulmonary valve (APV). To our knowledge, this is one of the oldest reported cases. She
underwent successful surgical repair. The subsequent course was uneventful.
ª 2014 The Authors. Published by Elsevier Ltd. This is an open access article under the CC BY-NC-ND
license (http://creativecommons.org/licenses/by-nc-nd/3.0/).1. Case report
We report the case of a 31-year-old woman referred to our cen-
ter for surgical management of a Fallot-type absent pulmonary
valve (APV). The patient presented a progressive exercise
dyspnea and reported some episodes of atypical chest pain
and cyanosis. On physical exam, a systolo-diastolic murmur
was heard along the left side of the sternum. Chest X-ray
showed a pseudotumoral image over the left heart border at
the level of the main pulmonary artery (PA). This image
repulsed the tracheobronchial tree (Fig. 1A).
Trans-thoracic echocardiography and cardiac Catheterism
revealed a Fallot-type APV. The peri-membranous ventricular
septal defect (VSD) measured 25 mm with a 2.5 m/s left to
right shunt. Besides, the pulmonic valve presented one dysplas-
tic leaﬂet with a free massive pulmonary regurgitation. Thepulmonary annulus was restrictive and the mean right ventric-
ular outﬂow tract (RVOT) gradient was 30 mmHg. The PA
and its branches were aneurismal (Diameter of the pulmonary
artery was 60 mm) (Fig. 1B).
The surgical repair was achieved through a median sternot-
omy with aorto-bicaval cannulation, continuous cardiopulmo-
nary bypass, hypothermia at 28 C, and intermittent dose cold
blood potassium anterograde cardioplegia. Aortic cross-
clamping and extracorporeal circulation times were respec-
tively 85 and 100 min.
Relief of the RVOT obstruction was obtained by resection
of some hypertrophied infundibular muscle bands and opening
of the narrowed pulmonary annulus. The VSD was then closed
through the right ventriculotomy using a Dacron patch. There-
after, implantation of 23 size Edwards Perimount bioprosthe-
sis on pulmonary position as well as anterior plication of the
PAs were performed (Fig. 2).
The patient was extubated within the 4th postoperative
hour. The subsequent course was uneventful. Postoperative
echocardiography showed satisfactory results (mean trans-
prosthetic gradient was 7 mmHg). Six months after surgery,
she was doing well.
Figure 1 (A) Chest X-ray showing the dilatation of the pulmonary artery (1) as well as the compression of the tracheobronchial tree (2).
(B) Cardiac Catheterism showing the aneurismal pulmonary arteries (1) as well as the narrowed annulus (2).
Figure 2 (A and B) Operative views showing respectively the dilated pulmonary artery as well as the dysplastic pulmonary leaﬂet.
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Fallot type absent pulmonary valve syndrome (APV) is rare,
making up 5% of the tetralogy of Fallot spectrum. It generally
includes dysplastic or absent pulmonary valve, free pulmonary
regurgitation and annular stenosis.1 The to-and-fro ﬂow across
the right ventricular outﬂow tract produces enormously dilated
and pulsatile pulmonary arteries (PAs) that cause severe respi-
ratory distress and tracheomalacia by compression of the tra-
chea and primary bronchi.2
However, among patients with Fallot type APV, a wide
spectrum in the severity of symptoms is usually observed.
Indeed, some patients are able to survive in the neonatal per-
iod and infancy with mild or even no cardio-respiratory symp-
toms.3,4 Exceptionally, they reach adulthood.
To our knowledge, only the study published by Alsouﬁ
et al.5 reported some adult patients over 30 years. Thus, our
case is one of the oldest reported cases. It still remains unclear
what makes the differences between patients. Whereas some
authors think that patients with increased right PA dilatation
may experience more severe symptoms, others advocate the
protector role of the right aortic arch.3,4In our case, even the PAs were aneurismal, the compression
of the tracheo-bronchial tree was not so marked and contrarily
to almost all patients with APV, the pulmonary blood ﬂow was
well balanced.4 Indeed, RVOT obstruction was not high
enough to inverse the shunt but sufﬁcient to protect the lungs
from increased blood ﬂow. The episodes of cyanosis are prob-
ably related to transient infundibular spasms. Moreover, the
severe pulmonary regurgitation results in increased diastolic
right ventricular pressure with a restrictive effect on the shunt.
The surgical management of adult patients with Fallot type
APV is not challenging since the young age was already dem-
onstrated to be the most important risk factor of perioperative
mortality and reoperation.2–5 In our opinion, valved repair
should be systematically considered in adults to prevent right
ventricular dysfunction. The limited durability of bioprosthetic
valves is no more the weak facet of pulmonary valve replace-
ment particularly in the era of percutaneous valve and « valve
in valve » implantation. Implantation of large bioprosthesis
(23 mm size) should be preferred and involves obviously the
enlargement of the narrowed pulmonary annulus and the
reconstruction of RVOT using a patch. Besides, due to mild
airway compression, aggressive pulmonary artery reduction
Surgical repair of Fallot-type APV 81seems to be unjustiﬁable. Anterior plication is a simple, safe
and effective technique.
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